Section ofPwdiatrics 1095 thyroid and the development of the oesophagus. In most cases of cesophageal atresia there is a precarious blood supply to the lower segment of the cesophagus but a very generous arterial supply to the upper segment arising from branches of the thyrocervical trunk. Occasionally, however, the supply to the upper pouch is less generous, and in such circumstances there might be interference with thyroid development.
Familial Lymphoma G Hambleton BM MRCP (for D G Cottom BM FRCP) (Hospitalfor Sick Children, Great Ormond Street, London)
The occurrence of intestinal lymphosarcoma in two brothers is reported.
Case 1 Boy, born in 1960. Presented aged 41 with an eight-month history of abdominal pain, anorexia, vomiting, weight loss and malaise. He was found to have a mass in the right abdomen, and barium enema suggested a tumour in the ascending colon; his blood and bone marrow showed the presence of abnormal lymphocytes.
Laparotomy revealed masses in the cecum and terminal ileum, with many involved lymph nodes. Histology showed lymphosarcoma. He died about six weeks after operation, having developed a fal fistula followed by agranulocytosis and extensive blood and marrow invasion with atypical lymphocytes.
Case 2 Boy, brother of Case 1. Presented aged 3 (1j years after his brother) with a one-month history of anorexia, vomiting and a cough. There were signs in his chest, and a radiograph revealed patchy shadows in both lungs. Three weeks later he developed tenesmus and diarrhoea, and had an obvious mass in the right abdomen, with signs of intestinal obstruction. His blood and bone marrow were normal, but barium enema showed narrowing in the ascending colon. At laparotomy tumours in the c cum and terminal ileum were resected. Histology showed lymphosarcoma identical with that of the brother; lymph nodes were not involved. He received cyclophosphamide for nine weeks as an outpatient, and then suddenly developed a syndrome of severe pneumonia with many shadows on the chest X-ray. He was expected to die but recovered miraculously. The chest X-ray had improved, but still showed many opacities. The latter persisted for the next 2j years, but he remained clinically well and free of signs.
Then, over a period of two months, he experienced first a left facial palsy, and then two separate encephalitis-like illnesses. He became extremely ill during both of these, but had recovered to a considerable extent when he developed pancytopenia, with a hypoplastic bone marrow. He died two weeks later after a period of unexplained high swinging fever.
Post-mortem revealed moniliasis of the brain, kidney, gastrointestinal tract and liver. There was no recurrence of the original tumour. The lungs showed patchy areas of fibrosis and grew cytomegalovirus on culture. The bone marrow was hypoplastic, with moderate infiltration by atypical lymphocytes. A blood sample taken the day before death showed his immunoglobulins to be reduced; they had previously been normal.
[A full report of these cases will be published elsewhere.]
Exchange Tranmfusion in a 7-year-old Girl with Sickle Cell Ania as Preparation for Adenoidectomy John A J Macleod MB DCH (Lewisham Hospital, London) M R, born 12.1.62 in this country, is hwmoglobin genotype SS. Her parents, who came from Jamaica in 1958, are each Hb AS. Since the age of 1 year, the patient has had repeated upper respiratory tract infections provoking minor hemolytic crises and requiring frequent hospital admissions. Her adenoids were large, causing respiratory obstruction, continued to grow and her hearing deteriorated. With this loss and her frequent absence from school, even special tuition was failing to maintain educational levels for her age.
Adenoidectomy was agreed to but in view of the danger of provoking a crisis during or following the operation (Lehmann & Huntsman 1966 , Gilbertson 1967 it was decided that the most efficient preparation would be exchange transfusion with fresh heparinized blood.
A fine cannula in the right femoral artery gave a steady outflow and enabled serial measurements of arterial pH and Poi to be made. The venous donor cannula was in the right forearm and the flow in both lines was regulated with a Harvard peristaltic pump.
Her body weight was 21 kg so a total volume of 1,290 ml of blood was given and 1,140 ml withdrawn. The hemoglobin level was 6-3 g (HbS
